As in many affected subjects the degree of disability is minimal, a careful scrutiny of the relatives is merited in such instances.
presence became synonymous with Dejerine-Sottas disease. It is only relatively recently that it was realised that hypertrophic neuropathy is the nonspecific consequence of a chronic demyelinating neuropathy, being encountered in a variety of genetic and acquired disorders.7 8 Roussy and Levy9 added to the existing confusion by describing cases similar to Charcot-Marie-Tooth disease, but characterised by tremor, ataxia, tendon areflexia, and pes cavus. It was proposed that such cases constituted a separate entity, but this was challenged almost immediately by Symonds and Shaw.10 Since then numerous case reports have suggested that peroneal muscular atrophy, the Roussy-Levy syndrome, and Friedreich's ataxia may occur in the same family.11 12 In the mid 1950s, Henriksen13 and Gilliatt and Thomas14 showed that some patients with peroneal muscular atrophy had severely reduced motor nerve conduction velocities and others did not. With few exceptions,15-7 there is now good evidence to suggest that peroneal muscular atrophy is divisible into two major genetically distinct groups in terms of both motor and sensory nerve conduction velocity. [18] [19] [20] [21] [22] These groups are now generally referred to as hereditary motor and sensory neuropathy (HMSN) types I and IJ.23 24 Type I HMSN is characterised by severely reduced nerve conduction velocity and is associated morphologically with axonal loss, extensive segmental demyelination, and often hypertrophic changes. Type II displays normal or modestly reduced nerve conduction velocity, associated morphologically with axonal degeneration without conspicuous segmental demyelination. Other genetic disorders that give rise to a similar clinical phenotype are distal spinal muscular atrophy2526 and distal myopathy. 27 As a result of these advances in the classification of peroneal muscular atrophy, a discussion of the genetics of these disorders is now required. Although autosomal dominant, autosomal recessive, X linked dominant, and X linked recessive forms of peroneal muscular atrophy have been described,' 3 29 30 documentation has often been less than ideal. Moreover, there are still problems which arise in counselling single cases.
A study on a large series of 261 patients with peroneal muscular atrophy has recently been undertaken. Of these, 34 It is notable that the parent-offspring correlation coefficient for age of onset is less than for sib pairs. The mean age of onset in parents was 20-9 ± 10-9 years and that of offspring 9 6 ± 6-2 years (t = 7-58, p<0 001). Penrose42 reported similar but more marked differences in data on dystrophia myotonica, and discussed the problem of apparent 'anticipation'. There are several possible explanations for low parent-offspring and high sib-sib correlation which are more plausible than the theory of anticipation. Affected parents are more likely to be ascertained if their age of onset is relatively high as severely affected subjects with an early age of onset will tend not to reproduce. Conversely, offspring with an early age of onset will be selected more frequently; some offspring may develop the disease after the time of study. Another important source of variation between parents and children and similarity between sibs is the fact that parents and offspring very rarely possess identical alleles, whereas sibs have 50%0 in common. If an allelomorphic effect is important in HMSN, it could well explain the marked intrafamilial variation in severity, age of onset, and other features. This variation makes further division of the type I group on grounds other than statistical a matter of difficulty.
In the present series, the majority of families (91 %) exhibit autosomal dominant inheritance. In these families there is no significant difference in the sex ratio of affected subjects, and in the type I group there is no significant departure from the expected 1:1 ratio of affected to unaffected progeny of affected parents. If all subjects are included in the data, the ratio departs None of the families described in this paper exhibits X linked recessive inheritance. With this in mind, it is of interest to note that there is an excess of males in the type I single cases, although this is not statistically significant. It would seem unreasonable to suggest that this is because of X linked inheritance in the absence of any definite pedigrees. One family in the type I group contained only two affected male sibs, but no other affected males; two maternal uncles were normal. The inheritance in this family was presumed to be autosomal recessive. X linked inheritance has been reported in HMSN particularly in older publications. 3 29 44 45 Herringham46 reported a large kinship in which 20 affected males occurred in four generations. This kinship has frequently been cited3 18 47 as an example of X linked recessive HMSN, but on close examination of this pedigree it is seen that one instance of male to male transmission occurred. There are families described29 44 4.5in which the pedigrees would comply with X linked recessive inheritance. However, very few of the 'carrier' females in these families were examined clinically and obviously nerve conduction studies were not performed. Church44 stated that some of these females had 'weak ankles' which would suggest that they were mildly affected. Skrel has described a family stated to exhibit X linked recessive inheritance. The parents of the affected boys were not examined but some of their female sibs and offspring were stated to have 'unspecific neuropathy'. This could well have been because of incomplete expression of a dominant gene. A recent paper48 reporting lack of a linkage with Xg blood groups in X borne Charcot-Marie-Tooth disease gives very little information about the family studied. It was stated to show 'X borne partially dominant inheritance'. It is highly likely that most of these families in which X linked recessive inheritance was claimed were dominantly inherited with incomplete expression in the females. The 
